Frontometaphyseal dysplasia (FMD) is a rare condition in which a marked supraorbital prominence is associated with widespread modelling defects of the skeleton. The mandible is small with anterior constriction, and irregularity of the teeth may result in malocclusion. The limbs are long in proportion to the trunk and genu recurvatum is usually present. Progressive contractures develop in the digits and other inconsistent stigmata include muscle wasting, scoliosis, and genu valgus. Deafness Routine biochemical investigations, including serum calcium, phosphorus, and alkaline phosphatase estimations, yielded normal results. Urine analysis and haematological parameters were also normal.
Studies of bone histology were undertaken on sections of petrous temporal bone which were obtained during an operation for decompression of the eighth cranial nerve. All fragments showed dense lamellar bone of a cortical type. The, Haversian systems were normal and had evidence of osteoclastic resorption. In a few peripheral areas, tongues of dense acellular fibrous tissue extended between plates of lamellar bone.
Discussion
Pertinent details of previously reported patients and their kindreds are shown in the table. There has been only one instance of affected full sibs, and no mention of any parental consanguinity. Some subjects have been described more than once in publications and it is hoped that this table will be of value in the clarification of this situation.
The genetic background of FMD has not been established with certainty but generation to generation transmission has been mentioned at least three times.8 9Ill These reports all concerned affected mothers and sons and in each instance the manifestations in the mothers were comparatively mild. Thus, although at first sight inheritance seems to be autosomal dominant with variable expression, these pedigrees could also be indicative of X-linked inheritance with partial expression in the carrier female. The overwhelming preponderance ofsporadic males in other case reports is in accordance with this contention.
Metacarpal pattern profile analysis, which was developed by Poznanski et al12 was undertaken in hand radiographs of four FMD patients by Holt et a13 and Weiss et al.9 Similar results were obtained in each instance but the findings were very different in the mildly affected mother of the boy reported by the latter authors. This observation might be taken as evidence for X-linked inheritance.
Support for the concept of X-linked inheritance was also provided by Jervis and Jenkins,7 who described two Negro half-brothers with different fathers born to an ostensibly normal mother. Intelligence is usually unimpaired in FMD but, as these half-brothers were mentally retarded, it is possible that this phenotypic variation is indicative of heterogeneity and that there are distinct autosomal dominant and X-linked forms of FMD. So far, this situation remains unresolved. As yet, no studies of Xg It is certainly remarkable that virtually every report of FMD has pertained to a male, while the vast majority of osteodysplasty patients have been females. In view of the great similarity between these conditions, it is tempting to speculate that they might be the same entity and that the mildly affected females have been labelled 'osteodysplasty', whereas the more severely affected nmales have been designated 'frontometaphyseal dysplasia'. 
